Introduction {#sec1-1}
============

In the western hemisphere, occipital encephaloceles constitute 80 to 90% of all encephaloceles.\[[@ref1][@ref2][@ref3]\] Classically, patient with encephaloceles are born with the swelling at birth. The size and content of the encephalocele are variable. In occipital encephalocele, a globular swelling is noticed over the occipital bone in the midline. Encephaloceles could be pedunculated or sessile.\[[@ref4][@ref5]\] The size of the encephalocele is hardly ever indicate of its content. Most of the encephaloceles are brilliantly transilluminant on examination. However, when a large amount of gliosed brain tissue is present inside the sac, there may be variability in the degree of transillumination.

Usually, the head size is small.\[[@ref6][@ref7]\] The larger the brain herniation, the smaller is the head size. Sometimes, the encephalocele may be very large and is called giant encephalocele.\[[@ref8]\]

Case Report {#sec1-2}
===========

A 14-day-old neonate, admitted in our unit with a swelling at the back of head since birth. The swelling was increasing in size progressively after birth. Baby was born by lower segment caesarean section (LSCS). History of obstructed labor during birth was observed. There was a history of limb weakness. There was no bladder and bowel dysfunction.

Baby was fourth sibling, others were healthy. No history of any congenital anomaly was recorded in the family. On local examination, swelling was spherical in shape. There was small ulceration at the center, which was partially healed by secondary intention. The circumference of the swelling was 45 cm as compared with head circumference of 31 cm \[Figure [1a](#F1){ref-type="fig"} and [1b](#F1){ref-type="fig"}\] and 21 cm in diameter. A consistency of the swelling was soft. Transillumination test was negative. Fluctuation test was positive. There was no any bruit or murmur over the swelling. Anterior frontanelle and posterior frontanelle were opened.

![(a) The occipito-frontal circumference was 31 cm and (b) encephalocele circumference was 45 cm](AJNS-9-158-g001){#F1}

On neurological examination, the patient was conscious and accepting breast feeding normally. There was no limb weakness. Pupils were normal and reacting to light. Magnetic resonance imaging (MRI) of brain showed a giant encephalocele at the occipital region \[Figure [2a](#F2){ref-type="fig"} and [2b](#F2){ref-type="fig"}\].

![(a) Sagittal MRI of brain, there are two different sac with variegated intensity, (b) MR venography shows there is a gap between the sagittal and transverse sinus](AJNS-9-158-g002){#F2}

Under general anesthesia with prone position excision and repair of sac was done \[Figures [3](#F3){ref-type="fig"} and [4](#F4){ref-type="fig"}\]. Following the anesthesia phase and prior to surgery, about 900 cc chronic hemorrhagic dark color fluid was aspirated. Peroperatively, there were two sacs; one sac contained altered hemorrhagic fluid (1000-1100 cc) and other gliosed brain \[[Figure 5](#F5){ref-type="fig"}\]. Sac contained straw color fluid (400 cc). There were large dilated veins in the wall of the sac \[[Figure 2a](#F2){ref-type="fig"}\] and occipital lobe on the left side was herniating into the sac along with the occipital horn containing choroid plexus. However, bony defect was not very large (4 × 4 cm).

![Preoperative position of encephalocele under general anaesthesia after aspirating 900cc of old haemorrhagic fluid (dark liquid blood)](AJNS-9-158-g003){#F3}

![Photograph of the wound after repair](AJNS-9-158-g004){#F4}

![MRI of brain with giant encephalocele with mild hydrocephalous and sac contain brain tissue and two cavities with different fluid densities](AJNS-9-158-g005){#F5}

Discussion {#sec1-3}
==========

In case of giant encephalocele, the head is smaller than the encephalocele. These giant encephaloceles contain a large amount of brain tissue and pose considerable problems during closure.\[[@ref9]\]

Generally, patients with an occipital encephalocele are operated upon in the prone position with controlled ventilation and close temperature monitoring. Aspiration of the cerebro spinal fluid (CSF) prior to incision in patients with large encephalocele helps in dissection of the sac. For a circular encephalocele with a small occipital bone defect, a transverse incision is ideal. The sac is separated from the flap. Patients in whom the encephalocele extends above and below the posterior fossa need a vertical incision. Sometimes, the brainstem and occipital lobe are present in the sac. Care must be taken to identify the contents of the sac. Rarely, the sagittal sinus torcular and the transverse sinus are in the vicinity of the sac. It is preferable to preserve the neural tissue. The dura is repaired meticulously to get a water tight closure. The dural defect can be repaired by using the pericranium as a graft. In neonates and infants, no attempt should be made to cover the bone defect by a bone graft.\[[@ref10][@ref11]\]

A large number of factors influence the outcome in patients with occipital encephaloceles. These are the site, the size, the amount of brain herniated into the sac, the presence of brainstem or occipital lobe with or without the dural sinuses in the sac and the presence of hydrocephalus.\[[@ref12][@ref13][@ref14][@ref15]\]

However, in the present case, patient had approximately 1100 cc of dark hemorrhagic fluid, which was not earlier noticed by the author. It may be due to bleed during the prolonged obstructed labor prior to LSCS. As there was a history of increase in the size of the encephalocele between the time of birth and presentation to our unit, it is possible that a small amount of CSF was getting into the sac and adding to the volume of hemorrhagic fluid, which made the case more interesting and unique.

The source of bleeding was bridging vein and necrosed vessels. We did not use of tentalum mesh to enclose the neural content. As the brain tissue was gliosed and with nonviable choroid plexus, we removed this dead tissue. The child had no other congenital anomalies. After one month follow-up there was no history of seizure, unconsciousness, limb weakness, and pupils were normal in size and reacting to light.

The surgical management of children with large occipital skull defects along with herniation of a brain into the sac, at times can be extremely difficult. Preservation of the herniated brain parenchyma can be possibly by expansive cranioplasty. But it is often observed that microcephalic neonates with sac containing cerebrum, cerebellum, and brain stem structures have poor prognosis, even if a craniotomy is performed around the coronal suture for secondary craniostenosis.
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